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Onpenenenne

[lepuunas nagnoueynukoBas Hepocrarounocts (1-HH) — Taxenoe »kusHeyrpoxarwouiee
3a00neBaHne, XapaKTepu3ylolleecss HeCrnoCOOHOCTBIO  KOpbl  Ha[MOYEYHHKOB  MPOU3BECTH
JAOCTaTOYHOE KONHYECTBO KIHOKOKOPTUKOMAO0B (I'K), MuHepaknokopTHkouaos (MK) u aHaporeHos.

ITHOJIOT U

Haubonee pacnpocrpaneHHas npuuuna 1-HH — ayroummynHas (6onee 90 %). Cneunduyecknmy
WMMYHOJIOTMYECKHUMH MapKepaMH ayTOMMMYHHO# AE€CTPYKLMH KOpbl HAANMOYEYHHKOB ABstoTcs AT
K GEpMEHTY HaaNo4YeYHUKOBOro creporaorenesa 21- ruapokcunase (P450c21). AyroummyHHas 1-
HH moxer ObiTb M3onMpoBaHHOM (TO ecTh He coyeraTbcs ¢ ApyruMu 3AM3) uan ABIATHCA
KOMMOHEHTOM ayTOWMMYHHOTO nosiurauynspHoro cuuapoma (ATIC) 1, 2 unu 4 Tvnos [1] (Taba.
1).

Tabanua 1. OcHOBHbIE 3HAOKPHHHbIE ayTOUMMYHHbIE 3a6oneBanus, Bxoasawue B coctas AIIC [1].

i
AIIC1 AlIIC2 AIIC3 AllC4
(myTrauus rena A/RE)

e |-HH* I °1-HH o AJLHUK e1-HH
e ABLIK wwunu | + apyrue >5AU3N |+  pgpyrue 3AH3N

¢ | unonaparupeos*
/- KCK* opyaue| CH1/LADA[6,7] | «pome: 1-HH [8] KpOME: A3LLUK,

>AH3") [5] /- npyrue SAUA CI11/LADA [9]

———

Coxkpawienus: KCK — koxHo-cnusucthiii kaHauno3; ALK — ayroummyHHble 3aboneBaHHs
iuToBUAHOM kene3bl; CJI1 — caxapueli auaber | tuna; LADA — nateHTHbIA ayTOMMMYHHbIH
auabeT B3pOCbIX.

. NaTOrHOMOHUWYHbIE 3ab0JieBaHus, NeHeTPaHTHOCTL MeHee 100%.
+  ~ npyrue 3AW3: runeproHagoTpOINHbIIA rHINOroHaAn3M, TMIIOPHU3UT, O0NE3Hb XHpaTa.

[To mMepe nosBneHus HoBbiX KoMmrnoHeHTOoB npu AIIC3 u AIIC4, nunarHo3 Moxer ObITb
nepeknaccupuuuponan B AI1C2 (Hanpumep, npu nossneHun y nauvenra ¢ AI1C4 A3LLDK wnu ¢

AIIC3 HH) [1].

K apyrum npuunHam 1-HH oTHocaTca uMH]ekuvoHHbie 3aboneBanus (Hanpumep, Tybepkynes),
pa3jiMuHble HACJEJCTBEHHbIC MaTOJOrMH, KOTOpble B OOJILLUMHCTBE Cly4yaeB AWArHOCTHPYIOT B
JIETCKOM BO3pacTe, TOTajlbHas aJpEHAIIKTOMHA, METACTAaTHYECKOE TMOpaxeHHe H Jumdoma
HAANOYEYHUKOB, BIUSAHHE ATPOreHHbIX (HAKTOPOB (KPOBOU3NUAHUE B HAAMOUYEHYHHUKU MPH JIEYEHHH
IPOTHBOCBEPTHIBAKOLIMMMY CPEACTBAMH, O/IOKaJa CHHTE3a KOPTH30/1a HEKOTOPbLIMH WHrHOMTOpamMH
apoMatasbl W npenapatamy Ans oOLIEH aHeCcTe3uH, yckopeHue metabonusma ['K Bcnenctswe
pyemMa MpoTHBO3NUJIENTHYECKUX NpPENapaToB U aHTHOMOTHKOB) [1].

IIaTorenes

B ocHoBe 1-HH nexut abcontoTHbIA AePUUMT KOPTUKOCTEPOUAOB. E(PUUMT anbaoCTEPOHA
MPUBOAUT K MOTepe uHepe3 MOYKH W xenynodHo-kuweuHbld Tpakt (AKKT) Hatpua W Boabl C
pa3BUTUEM  ACTUApATalUH, TUNOBOJEMHH, THMOTOHWH, A& TaKKE NPOrpecCHpytoLEn
runepkanuemMud. JepuuuT KOpTM30/la — OCHOBHONO ajanTONEHHOMO TOPMOHA YE0BEHECKOTO
OpraHW3Ma — MpPUBOAUT K CHHIKEHUIO COMPOTHBASEMOCTH K pa3jiMYHbIM 3HAO0- M 3K3OTEHHbLIM
cTpeccopam, Ha (oHe KoTopbiX (B OOJNBLIMHCTBE Cily4yaeB Ha (POHE WMHPEKLUHUA) U NPOHUCXOAMT
maHu(ecrauus/nexkomnencauns HH. Takum obpaszoM, B maToreHese runokopTHLM3IMA NEPBYIO M
OCHOBHYIO pOJib UrparOT LMPKYJATOpHAS HEAOCTATOYHOCTb U Aeruapatauus [ 1].
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Hebuuur  kopruzona [NOCPEACTBOM  0OpaTHOM  CBS3M BO3AEMCTBYET HA rMNOTANaMo-

FUNOQU3apHYIO0 OCh U NpPUBOAUT K NOBbILuCHKIO ypoBHs AKTT. Ipu pepuumure MK BO3pacTaer
» CMHTC3HDYIOLErOC IOKCTAarNoMepyNapHBIMA  KNeTkamMu fodek. 7o UMeeT

MUHCPAJIOKOPTUKOMAHAS  (yHKLMS

. > PerylHpyemas  peHHH-aHrMOTEH3WH-aNbA0CTEPOHOBOI
CUCTEMOM, He CTpajaer.

B cBa3u ¢ Tem, yto AKTI oka3sbipaer BIIMAHKE TOJIbKO Ha MYyYKOBYIO U KNYOOYKOBYIO 30HbI, a

CCKpELMA anbaoCTEpPOHAa KOHTPONUPYETCS APYrHMH ME€XaHH3MaMHu, runosonemus npu 2-HH menee

BEIPAKEHA, TaK KaK HA KOPTHU30/1 NPUXOAUTCA OKOJIO MONOBMHEL MHUHEPaNIOKOPTUKOMAHON peakLuH,
OTBETCTBEHHOHM 3a NoAaep)KaHHE BOAHOIO rOMeOCTasa.

B ocHose OHH nexur peskuii BbIpaXXE€HHbIM Aepuuut 'K u MK. V npauuenta ¢ OHH
HabNIONAIOTCA TaKHe e W3MEHEHMs, Kak M npu XHH, Ho ckopocTh u TaecTh 3THX HapylueHHMil
SHAYMTEILHO  BblILE: pa3BMBaeTCs Jeruaparauus, NPOMCXOAMT NOTEPSI HATPHUS, CHUXKAETCH
JKCKPELHA HOHOB KallHsi H HOHOB BOAOPOAA MOYKAMH, B pe3y/ibTaTe pa3BUBAETCA rMNEPKAIHEMUS U
METabONMYECKNH aUKI03, BO3MOXHO MOBbILIEHHE YPOBHSl KajbUHsi B KpoBW. Jleruaparauuio W

'IOTCPIO HOHOB HATPHS W XJI0pa yCyryGaseT yMeHbLIeH e CKOpOCTH BCaCbiBaHHUS UX B KHLLEYHHUKE, a

CKOPOCTH KNyOOUYKOBOJ ¢unsrpaunn (CK®) u noyeyHoro KpPpOBOTOKA, TMUIMOTOHUMU TINaaKoH
MYCKynatypbl U MHOKapaa. PasBuBaeTca cocyamcTsiii konnaric. [1pu 3TOM Hapacratrowmii neprumr

['K cHmxaer uyscTBUTENBHOCTD apTCPpHON K HOpaapeHanuHy. HeobxoaMMo y4uThIBaTh U TO, YTO
HenocTarok ['K Bbi3biBaeT 3amennenue karaGonusma 6enka, CHIDKEHMeE A€3aMHHHUPOBAHMSA, H, Kak

CICACTBHUE, 3HAYUTENbHOE OrpaHHYCHHUE IKCKPpCLHUHKH a30Ta U dAMHHOKHCJIOT, TOPMOXEHHE
INTFOKOHCOICHE3a, naaeHus YPOBHA TINTKOKO3bI KPOBH, BIUIOTE OO0 pPa3BUTHUA TUNOMNMUKEMHYECKOM

KOMBI. Tsbkenble, 6bICTPO MporpeccupyiolLme HapylI€HUs: MeTaboNM3Ma NpOABAAIOTCA B PE3KOii

ACTCHHHW, OCTpBIX HAPYIIEHHAX CEPAEHHO-COCYAMCTON JEATEeNbHOCTH, XKEJYNOYHO-KHLLIEYHbIX
PacCcTPOHCTBAX, HAPYLUCHUAX HEPBHO-NICUXMYECKOrO CTATyCa [1].

Knaccudpukamus

AMEpUKaHCKHM yu&HbiM Betterle C. M coaBTopaMM Ha OCHOBaHHM KIHHUYECKUX M

NnabopaTopHbIX AaHHBIX Oblia NpedsiokeHa KnaccubuKauus ayTOUMMYHHOH HaAMoO4Ye4YHUKOBO¥
HeaocratoyHocTH (AHH), Boinenus 3 ocHOBHbIE cTaaru 3a601EBAH KA.

Ha HavyaneHoW craguu, (T.H. mnoreHumansHas HH) Y JNHU C TreHETHYECKOM
NPEAPACMNONONKEHHOCTIO NpH  BO3ACHCTBUM  TPHUITEPHBIX (DAKTOPOB  OKpyKaloLLet CpeAbl

HHULHUPYIOTCA pe€aKUuMHW HMMMYHHOW ayroarpeccMd ¢ QopmuposanueM AT k P450c2].
KnuHuyeckue nposBNEeHHs W rOPMOHAJILHBIE MBMEHEHHS HA 3TOM CTaAUK OTCYTCTBYIOT.

Ha cneayioweii cybxnuHuueckoii (narentHoii) cragpud HH MPOUCXOAUT AECTPYKLMUSA KNETOK
K/1yOOUKOBOH M 3aTeM My4yKOBOH 30HbI KOpbl. [IpH 3TOM 3a60NeBaHHE THTENBLHOE BPEMS HMEET
CYOKIMHHYECKHI XapaKTep: CUMNTOMbI B OCHOBHOM 3MH30HUYECKHE, IErKHE M Hecneurpurueckue.
OnHako, npv BO3AEHCTBMM 3HAYUMBIX MPOBOLMPYIOUWIMX (DAKTOPOB, B YACTHOCTH BO BpEMSA
ONEPaTHBHBIX BMELLATENBCTB, POAOPA3PEWIEHHH, NMpPU OCTpbIX 3aboneBaHUAX, TpaBMax W np.,
nareHTHas 1-HH Moxer manugectupoBath ¢ passutus AK. B 3aBUCMMOCTH OT pE3YyNbTaTOB
FOPMOHAJIbHBIX UCCIICI0BAHWH, BbIAENAOT 3 MOACTaAMMU CyOKNIHHUYeckon HH:

| —  HapyuieHMe  MMHEPaNOKOPTUKOMAHOH  (QYHKUMH  (MOBbILWIEHHE KOHLEHTPaL UK
PEHHHA/aKTUBHOCTH DEHMHA NNa3Mbl B COYETAHHH C HOPMANbHBIM MJIM CHHIKEHHBIM YPOBHEM
NbAOCTEPOHA);

2 — JOMOJHHUTENLHO BBIABNSETCA HapyLIEHHE NIHOKOKOPTMKOMAHONH (YHKUMK (CHWKEHHe

KOpTH301a Ha (poHe TecTa ¢ npenapatamu U3 (apmakosiornueckoi rpynnsl AKTT/UTT: YPOBEHb
AKTI" B Hopme unu noBbiLeH);




3 — MPOrpeccMpoBaHWE HAPYWIEHHUS TIOKOKOPTUKOMAHOH GYHKUMK (CHidkeHHe 6Ga3aibHOro

kopTu3ona; yposenb AKTI B HopMe unu noseiwen) [146].

[1pu paspywennn 90% anpeHokoprukansHbIX Knetok passuBaercs MaHupectHas HH, kotopas
nposiBiseTcs Oonee ApPKOM  KIMHMYECKOW KapTHHOM W XapakTepHbIMM  J1abopaToOpHbIMH

n3mMeHeHusamu [1]. B nopasnsowem 6onbunHeTse cnyyaes 3a6onesanHue qMarHOCTHPYETCS TOMLKO
Ha 3TOH CTaAuMU, HEpeaKo npu pa3BuThu AK.

B Hacrosiuee Bpems npeacTaBieHHas knaccupukauus He sapasercs obuwenpuHsToi. Haubonee
BEPOSATHO, 3TO 00YCI0B/IEHO OTCYTCTBUEM YETKHUX KPUTEPHEB IMArHOCTHKH (NpeXKae BCero, ypoBHA
NrOpMOHOB, oTpaxatolmx pyHkurto 'THC) ans onpenenenus kaxaoii craauu U noacraaun AHH.

INUIEeMHOJIOT U

I-HH — oTHOCcHTeNBHO peakoe 3aboneBaHue ¢ pacnpoCTPaHEHHOCTHIO B MUPE, MPUOIH3UTENLHO
100-144 cnyuyaeB Ha MUANMOH HaceneHus, a 3aboneBaemMocTbio 4,4-6 ciy4yaeB Ha MMJIMOH
HaceneHus B roa [1]. OpHako, B nmocneaHuWe roAbl MOSIBUJIKMCH HOBbIE JaHHble 00 YBEIMYEHHH
pacnpocTpaHeHHOCTH, 0COOEHHO cpeau xeHLMH [2].

KJIHHHYeCKHe CUMIITOMBI

[Ipu 1-HH yacro nabniopatores: moteps Beca, OpToCTaTHYECKas TMIMOTEH3HS BCIEACTBUE
00€3BOXKMBAHMUS, TArA K COJIEHOMY, FMNOHATPUEMUS, TUNEpKanMeMus (4Yalle nocie MaHudecrauuu
FMNOHATPUEMHH), UBMEHEHHUS B KIIMHUYECKOM aHaU3€ KPOBH (aHEMHS, 303UHO(DHIIHA,
nuM@ounTo3) u runornukemus. ITosbilmeHHas cekpeuus AKTI v qpyrux nenTuaos
MPOONHOMENAHOKOPTUHA YaCTO NPUBOAMT K TMNEPIUITMEHTALIMM KOXKH M CIU3UCTBIX. OQHAKO,
JAHHbIN NMPU3HAK NPOABISAETCS B pa3/IMYHON CTENEHU U MHOTAA BOBCE HE3aMETEH. Y XKEHLIWH
HCcUe3aeT NMOAMbILIEYHOE U JIOOKOBOE OBOJOCEHHE BCIEACTBHE CHUXKEHUS YPOBHS
HaAMOYEYHUKOBLIX aHAPOreHoB. Bee octanbHble cuMnTomel 1-HH aBnstoTes HecneunduyHbIMA:
c1aboCTh, YCTAJIOCTh, KOCTHO-MbILUEYHBIE U a0A0OMUHaNbHbBIE O0/H, AENPECCHS U MOBbILUEHHAS
TPEBOXKHOCTb. B pe3ynbrare 1ocTaTouHO 4acTo O0N€3Hb AUAarHOCTUPYETCA TOJIbKO Ha 3Tane AK,

KpalHe ONacHoOro Ajs XHU3HU cocTosAHU [1].

| )Ka.noﬁu/cnmnmmu Knunn4deckue npH3HaKy JlabopaTopubie
H3IMCHEHHS

HagnoueuHHKOBAS HEAOCTATOYHOCTD

1. ¥Ycranocrs, cmadocts | 1. [MmepnurMeHTALHSA 1. ['unoxHatpueMns
v K CHipkeHue Beca CKIAAOK  KOXHM,  CJIM3HCTBIX, | 2. ['uneprkanuemus
3. ITocrypamHoe pyOLIOBbIX ~ M3MEHECHHH, COCKOB,
IOJIOBOKPYKEHHUE 0COOEHHO  KOXHBIX  [OKPOBOB,
4. AHOpexcHs, NOABCPITILINXCA HHCOMAUHH (TONBKO
abnoMHHa/bHbL AUCKOM(BOPT | NMPU NEpBHYHONH HAANOYEYHHWKOBOH
S, Tara k cosieHOMY HEIOCTAaTOYHOCTH)
6. Jlenpeccus, 4yBcTBO | 2. ['unorouus c
TPEBOrH NOCTYPATbHbIM BhIPAKCHHbLIM
1 Taxenoe  Teucnue | CHHIKECHHEM
HMHTEPKYPPCHTHBIX 3 HWuorpa, OTCYTCTBHE
3a001eBAHUN NOOKOBOTO MU MNOJIMBILLCHHOrO |
OBOJIOCEHHA Y JKEHLILHH




HeoOxonuMo Takxke ormeruts TpyaHocTH avarHoctikd HH y OepemeHHbIX, Tak Kak

HeCneur(PUuecKue CUMNTOMBI, TAKUE KaK yCTanocCTb, TOLHOTA U PBOTA, YaCTO HE OTAMYAKOTCA OT
ConyTCTBYIOWMX 00bIuHO# GepemennocTy [1].

Jluarmocruka

OcHoBononaralowumMu s YCTaHOBAEHHA AMarHo3a HH saBnasitotca pesynsTarsl nabopaTopHOro
obcnenoBanua. BaxHO, 4YTO TOKENBIM MaLMEeHTaM C KJIUHMYECKHWMU npu3Hakamu HH
NpEeABApUTENLHO HEOOXOAMMO NpOBECTH 3a00p KPOBH B AMArHOCTUYECKUX LIENAX, €CIHM MMEETCS

Takai BO3MOXHOCTb, W, HE NOXHMAAAChL pe3ynbTaToB, HauuHaTh JeueHue K. INoarsepxnaroiuee

TECTUPOBAHUE MOXET OBITh BLINONHEHO MOCHE JIeYeHHs, HA (POHE BPEMEHHON OTMEHbI TEPaNnmy,
KOTAa COCTOsIHUE nauueHTa cTabunusuposano [1].
XKanobwt u anamues

O0cnenoBanue ¢ uenbio uckmouenus 1-HH PEKOMEHAYETCA Y MNAaUMEHTOB € HEOOBACHUMBIMMU
ApYrol nartoNorver CHMMTOMaMH, MOJO3PUTENbHBIMH OTHOCHTENbHO Hamuuus |-HH: cuuxeHue
BCC4,  TWIMOTCH3MUS, TUNOHATPUEMMHS, TCUNEpKaNIUeMHUsA, JuXopaaka, ©0AH B  XKHBOTE,
FUNEpNIUrMEeHTauma, runormukemus [1]. Haubonee nomo3putensHO coyeTaHUe HECKOIbKHUX
cumntomMoB HH, a Takke, cumntomsl 1-HH y nauveHTOB ¢ ayTOMMMYHHBIMH HapyLUEHHAMH

(Hanpumep, CI1, ayTOMMMYHHBIH racTpuT, MEPpHUUNO3HAs aHEMMSA, BUTHUJIMIO), HHPEKLMOHHBIMH
3abonesaHusaMH (TyGepkynes, BUU-undbekuus).

Jlabopamopnule ouazHocmuyeckue uccnedosanus

3abop KpoBM peKkoMeH0BaHO ocyllecTBAATh ¢ 6:00 no 10:00 ytpa. [TaLueHTaM ¢ KIMHHYECKHMHU

CMMINTOMaMH, NOAO3pUTENbHBIMK HAa HH, ang yrouHeHus auarHosa pekoMEHAYETCs NpoBEAEHHE
CJICAYIOLUHX UCCNEN0BAHUMN:

- 00wu# koptuszon u AKTI B kposu yTpom;
- aJIbJOCTEpOHA U AKTUBHOCTb PEHUHA B KPOBH YTPOM

- NONOJIHMUTEILHO BO3MOXHO MCC/eNOBaHUE YpOBHA CBOOOAHOrO (HEKOHBOMPOBAHHOIO)
HIOA uvnn JI'DA-C B KpoBH, xoTopble OyayTr cHuxkeHbl. ONHaKO, TaKk KaKk YpOBEHb HAHHbLIX
TOPMOHOB MOXXET ObITE CHUXEH U Y 310pPOBbIX, OCODEHHO Y JIML CTaplUero BO3pacTa, KOHTPOJb M
U30JIMPOBAHHOE UCCAEAOBAHHUE 3TUX MOKa3aTeNel HeuenecoodpasHo.

Kputepun auartosa:

-~ CHWXXEHHWe KopTH307a KpoBU MeHee 140 HMonw/n,
- 2XKpaTHO€ npeBbillieHHUE BepXHEro pegepeHcHoro 3HaueHus AKTT,

-~ MOBBbILWEHUE YPOBHS PEHHHA MN1a3Mbl B KOMOMHALIMA C HU3KOHOPMAJIbHBIM WJIH CHUXKEHHbIM
ypPOBHEM alJibAOCTEPOHA.

Y nauueHToB ¢ nopo3peHuemM Ha HH pexoMeHayeTcs MCKIIOYMTBL AMArHO3, €CAH YpPOBEHb
KopTH30J1a KpoBH yTpoMm 6osiee S00 HMonb/ 1.

[TosbilueHHas koHueHTpauus 18 AKTI npu HOpManbHBIX MNOKasarensX KOPTH30Ma MOXET
ABJATLCS HayanbHbIM npu3HakoM 1-HH [2].

JlononnumenvHovle UCCAE00BAHUA
[Taupentam ¢ cumntomamd HH, y koTopbix pe3ynbrarbl j1a0OpaTOPHLIX WCCNEAOBAHHM He

COOTBETCTBYIOT JlabopatopHbiM Kputepusam l-HH, HO u He wucknioyaioT ee, pekoMeHayeTcs
NpoBeAeHHUE NPOObI C NEKAPCTBEHHBIM NPENApaToOM NpH OTCYTCTBUH NMPOTHBOMNOKa3aHKH [1].
Y nauuveHToB ¢ nogo3peHdeM Ha HH pekoMeHayeTcs MCKAOUUTb AHWArHo3 Nnpu NHKOBOM YPOBHE

kopTH3ona Ha (oHe npob ¢ nekapcTBeHHbIMM npenapartamu 6onee 500 umonw/n [1].
Tatoxe, ¢ uenbto auarHoctukn 1-HH npumensercs mncynuuotonepanTHbid tect (UTT). 1o

ONMH M3 CaMblX CTapblX, OJHAKO A0 CEroAHALUHEro AHA HE NOTEPABLUWX CBOEMO 3HAUEHHA B
auardoctuke HH TecToB, KOTOpbIA MO3BOASET UCCNEAOBATH MHTErPATHBHYIO LIENOCTHOCTL Cpasy
BCeil runotanamo-runogusapHo-HaanodeuHnkoBoit cuctemsl (I'THC). ['nnomukemuueckun crpece
ABJISAETCA CHUJILHBIM HEMPAMBIM CTUMYJIATOPOM CEKPELIMH KOPTH30J1a, KOTOpas ONOCPEAYETCA Hepes
AKTMBALIMIO MMMOTANaMHYECKHX LEHTPOB M KOPTHKOTponHOH (yHxuun runodusa. B xone UTT 8




YXYALEHHH COCTOSAHHSA MaUMEHTA TECT CIEAYET Cpasy
PpEpBaTh, NpPEABAPUTENILHO BBINOAHMB MOCAEAHEE B3ATHE KpOBH M3 nepudepuyecKoii BEHBDI.

[ToxuneiM naumentam, naumenTtam c SMHNEMCHEH, a TAKOKE NPH UMEIOLLEHCS CEPAEYHO-COCYAUCTO
1 APYrou Tskenou naronoruu UTT nportusonokaszaH.

Taioke y Bcex mauuentos ¢ 1-HH PEKOMCHAYETCA ONpeaeanTh 3THONOrHIO 3abonesanus [1].
AYTOUMMYHHbIH aapeHaNnT sBseTcs Hanbonee pacnpocTpaHeHHOW npuyuHoir |-HH y B3pocnoit

KATEropuKW nauMeHToB U cKpuHMHr Ha AT k CYP21A2 u ApPYru€ ayTOMMMYHHbIE 3a00J1eBaHUSA
OUCHb BAKCH, NpUHMMas BO BHMMaHWe, uto naboparopHsle ananuisl Ha AT k CYP21A2 Ha
TeppuTOopHH P He sBnstoTcs cranpaptusmuposannsimu. AT k CYP21A2 MOTr'YT LUMPKYIMpOBaTh 3a

HECKOJIBKO €T 10 MaHudecTauuu |-HH. Onpeneneno, yto npuonusuteasHo y 30 % 310poBbIX
alHCHTOB, NO3UTHBHBIX Ha Hanuuue AT k CYP21A2, B TeueHue 5 neT MaHugpectuposana |-HH. ¥

Aidg AMarHoctkn X-cuenneHHoi AJIJT [65]. HH Moxer 66iTh 21 €QMHCTBEHHBIM NPHU3HAKOM
aIPEHONECHKOAUCTPODHH, KOTOpast Hauboee YacTo BCTpeUYaeTcs y MajabyukoB OT 2 a0 10 ner.

Taioke Heobxonumo nposepenre KT — anst yTOUHEHMS Hanuuus rMNomiasum, arpoduu
HaAMOYE€YHHKOB.

MeaukaMeHTO3HAs Tepanus
3amecmumenvuas mepanus ['K

Bcem naunentam ¢ HH pekomennyercs tepanus 'K [1].

Hazeanue I udpoxopmu:mn**—l_ Kopmu3son Ilpeonuzonon™*
[IpoooadcumenvHocme Kopomkas Kopomxas Cpeonss

| Oeticmeus
[lepuoo nonyesieedenus 90 munym 90 murym 200 smurym
Jkeueanrenmnas 003a 20 me 20 Me 5 M2

[Tepuood noaypacnada 6-12 uacoe 6-12 vacos [12-36 yacos

Y nauumentoB ¢ 1-HH xomnencauutro aepuuura 'K pexomeHayeTcs OLEHMBATH TONLKO NO
KIMHUYECKMM MNpHU3HaKaM: H3MEHEHHEe Maccbhl Tena W AJl, Hanuuue/oTcyTcTBHE CNnabocCTh,
CUMIITOMbI runepkopThumM3ama. Mccnengosanue ypoBHs FOPMOHOB B AHHAMHUKE HE PEKOMEHAYETCA

[1].

CumnToMaMu nepeao3MpoBKM NpenaparoB sIBAAIOTCA: yBeNWueHue Beca, 6ECCOHHHLA W OTEKM.
HenocTaTouHOCTh XapaKTepHU3YeTCs TOLUHOTOM, CHHXKEHHWEM arneTHTa WM BECA, COHJIMBOCTLIO W
runepnurMeHTauueit. J[na toro ytoObl ONpeaenuTs BpeMs, A03Y U 4aCTOTy MpHEeMa Npenaparos,
HeobXoaAUMO NoApPOOHO pacCnpPOCUTL NAUMEHTA O €ro 0OLIYHOM paLMOHE TPYAA W OTAbIXA, HANHUHH
c1aDOCTH, CHHIXKEHMS KOHLEHTPAUWH BHWUMAHMUS, AHEBHOW COH/NIMBOCTH W NPOUUX H3MEHEHHH
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COCTORHMA B Teuenue aus. Mecnenosanue yposus AKTI B kposu ans KOHTpPONS 3a Tepanuei He
PEKOMEHAYeTCA, Tak kak yposeHb AKTI MoXeT noBblATHCH M NpU aACKBaTHOM JIeYEHHH.
Mcenenosanme yposHs obiuero koprusona B KPOBH Ha (D)OHE NEUEHUS MOXKET NMPUMEHSATHCSH TONBLKO B
C1yHaiX, KOTAa noao3pesaeTcs CHHAPOM ManbaGeopOumMu (HanpuMep, npu npueme JIeKapCTBEHHBIX

CPEACTB, KOTOpbIE BIMAIOT HA NEPUOA Monypacmaga), YToObl aAeKBATHO nopodparb 103Yy.

Mccnenosanne yposHs cBOGOAHOrO KOPTH30Jla B MOYE I KOHTPO/AS 3a aAeKBaTHOCTHIO
3aMECTUTENbHOM Tepanuu [K Takoke He pexomennyeres [1].

Jns neuenus 1-HH pekomenayercs FMAPOKOPTH30H (15-25 Mr B cyTkH) unu kopTu3zoH (20-35 mr
B CYTKM) NEPOPaNbHO B 1Ba WK TPH NPHUEMA B CYTKM: PEKOMEHAYETCSA Ha3Ha4yaTb CaMyH BbICOKYHO

A103y yTpOM nocnie npobyxaenus, cnenyowyto aHem (okono 14 4) npu 2XKpaTHOM pexume, T1bo B
noaneHb W aHeM (banke K Beuepy) npu 3XKpaTHOM pexume.

KaKk afbTepHaTHBA FMIPOKOPTM3OHY, OCOGEHHO ANS HEKOMIJAEHTHBIX NALMEHTOB C |-HH,

PCKOMEHAYeTCA Ha3Ha4YeHME npeiHu3010Ha (3-5 MI/CYTKH), NepopanbHO OAHOKPATHO MM ABaX bl
B IeHb [1].

HasHauenue nexcamerasoHa nauuentam ¢ 1-HH He pexomeHayeTcs, B CBA3HM C BbICOKMM PHUCKOM

nepenosuposku [1]. Ha ¢one npuema nexcamerasona nauGonee uacto nmposeasiiores noGovHbie |
KYWHHronaHble 3 dexTsl.

3amecmumenvran mepanus MK

Bcem nauuenram ¢ 1-HH pexomeHayeTcs MUHEPanoKopTHKOMAHAS Tepanus — GnyapoKopTH30H
(cTapToBas cytouHas no3a 50-100 Mkr), noTpebaeHue conu He orpaHHumMBarh [1]. OnyapOKOPTH30H
OObIYHO Ha3Ha4YaeTCs OAHOKPATHO YTPOM, TaK KaK YPOBEHb SHAOTEHHOrO anbAOCTEpPOHA B HOpME
ABNACTCA CaMbiM BbICOKHM B 3TO BpeMs MO aHANOrMU C LIMPKaJHbIM PUTMOM KopTu3ona [3].
CyTo4yHas 1032 3aBUCHT OT NOTPeONEHHA/MOTEPH KUAKOCTH U NEKTPOIUTOB U OOBIYHO COCTABASET
0,05-0,2 Mr. [1pu upe3mMepHOM MOTOOTAENEHHH, HAIPUMED, B YCIOBHAX )KApKOro KJIMMaTa, MOXET
noTpeboBaTbcs BpeMeHHOE yBenuueHue Ao3bl Ha 50 - 100 % wnu ysenuueHue notpebneHus
COJIEHbIX MPOAYKTOB.

Komnencauuio HepoctarouHoct MK y nauuentos ¢ I-HH pexkoMenayercs ouenusats no
KIIHHHYECKMM MpU3HaKaM (TAra K COJIEHOMY, OPTOCTaTHHYECKAs MMIIOTEH3US, OTEKH, apTepHanbHas
FMNEPTEH3UA) W pe3ysibTaTaM MCCNEN0BAHUS YPOBHEH Harpus W Kanus kposu [1]. Obuuee xopoluee
CaMOYYBCTBHE, HOpPMaJibHBIH YpOBEHb 3EKTPONUTOB U AJl, OTCYTCTBME OpPTOCTATHYECKOM
FMNOTEH3UW — MPU3HAKK aA€KBATHOW KOMNEHCAUUU MUHEPAIOKOPTHKOUAHOH HEAOCTATOUHOCTH.

JIlnHamMu4ecKkoe HAOJII0AeHHe

Cneunduueckoid meaumuuHCKOW peabunurauuu nauuentam ¢ 1-HH He TpeGyerca. B kpyr
peabUIMTALMOHHBIX  MEPOMPUATHA  MOXET ObITb  BKJHOYEHO  KJIMHUKO-NCHXONOrMYECKOE
KOHCY/bTHPOBAHHUE.

Ilna npodunaktikn AK naumentam ¢ 1-HH pexomeHnayetcs apexBaTtHas koppexkuus no3ebl ['K 8
3aBUCUMOCTH OT THXKECTH MHTEPKYPPEHTHOro 3aboneBaHMs U CTEMEHU CTPECCOBONO BO3ACHCTBHA
[1]. Jlo3a O0OBIYHO pacCYMUTHIBAETCS B 3aBUCUMOCTH OT THKECTH U NPOAOKHTENbHOCTH
crpeccopHoro  (paktopa. Cuuraercss, 4TO B (PU3HOJOIMUECKHX YCNOBMAX HAAMOUEUHHKH
cekpeTupytoT 75-100 Mr kopTH30Ma B CYyTKH B OTBET Ha CJIOMCHOE XUPYPrUUECKOE BMELLIATENLCTBO H
50 Mr B CyTKW NMpH HE3HAUMTENbHbIX MHBA3MBHBLIX npoueaypax. Takum obpaszom, nosza 'K npu
XUPYPrHYECKUX BMELLATENbCTBAX JAOMKHA ObITb HE MEHbLUE, YEM CEeKpEUuHs 300pOBbIX
HA/IMOYEYHMKOB BO BpeMs OMepaLiuu, a TaKXKe, A0MKHA ObITh TaKOi, YTOObI NEPEKPHITL BHE3AMHbIE

AOTTOJTHHUTCJIbHbBIC ﬂOTpC6HOCTM [NpH OCJHONCHCHHIX.

[Ipn anxopaake cyTouHyw Ao3y nepopanbHoro 'K ysenuuuBaioT B ABa MAM Tpu pa3sa, RO
HOpMaNn3aLUUKu COCTOSHHSA, OOBIYHO B TeueHHWe ABYX MM Tpex AHeH. Ecnu mauueHT He cnocoben
NPMHUMaTh NepopasibHblid Npenapat M3-3a pBOThl WK TPaBMbl, NOKA3aHO B TEYEHHE DTOMO NMEPHOAA




napeHTepanbHoe BBeacHue (B/B, B/M Mnu n/k) I'K. Ha3nayenne MK He TpeOyercs, ecnu cyTouHas
1032 ruapokopTr3oHa** npessitaet 40-50 mr [3].

[lauuenty HeoOxommMMo Bcerna umers npu cebe MeAWUMHCKMI OpacneT HAM KynoH ¢
MHHUMaNbHOW WH(OpMauuer 0 3aboneBaHWM M NieyeHHH (KOTOpas B TOM UMCIE MOXET ObITb

3aindposana npu nomown QR-kopa) [1]. Kpome Toro, He Bce Bpaud MOTryT 3HaTb O
HeoOxoauMocTH HesameanutensHoro seueHus AK. [To3ToMy nauueHTy xKenateabHO MMETh BCEraa
NpH ce0€ «NaMATKY» € MPOCTBIMK MHCTPYKUMAMH MO JIEYEHHIO afAUCOHUYECKOTO KpH3a.

Bcem nauuentam ¢ 1-HH pexomenayerca umere 'K B uHBEKUMOHHOH ¢opme Aans
MCNONB30BaHUA B YPreHTHBIX CHTYyaLusx [1].

Bcem naunentam ¢ 1-HH pekomenayetcsa HabnoneHne BpauoM-3HA0KPHHONIOrOM He pexe | pa3a
B rOA ANS MCKIIOHYEHMS MpU3HAkoB HeanekBaTHoi Tepanuu [1]. Llenb neueHus W HabmoaeHHs
COCTOMUT B TOM, YTOObI y NMaUMEHTOB OblIO YAOBNETBOPUTENLHOE 00lIee caMOUyBCTBHE, OHH MOTIIH
BECTH CBOKO OOBIYHYIO MPOPECCHOHANBHYIO AEATENIbHOCTL U MAKCHManbHO MPUOAMKEHHBIH K
oObIyHOMY 00pa3 kH3HU. PerynspHbie OCMOTpPbI MO3BOJAKOT MPOBECTH OLEHKY (H3UYECKOrO
COCTOSIHMS,, OCOOEHHO, OTHOCHUTENbHO MEPENO3UPOBKM MAM HEAOCTAaTOYHOCTH 3aMECTHTE/ILHON
Tepanuu, 1 KayecTsa xu3Hu. Jlroboi anuzon OHH pomkeH ObiTh TUaTENbHO 00CYKAEH. KOHTPOJIB
3aMECTHTENIBHON Tepanuu, raBHbIM 00pa3oM, MPOBOAMTCS MO KIMHWYECKUM cumnTomam. Ha ¢oHe
aICKBAaTHOW TEpanuy y NauueHTa OTCYTCTBYET TMIMEPNUTMEHTALUMA, AOMKHbI ObITh HOpPMajlbHbIC
nokasarenn A/l U ycTOWMuMBBIM BeC. Hanuuyue OpTOCTaTUYECKOM TMNOTEH3HMH YKa3biBa€T Ha
HEAOCTATOYHYIO MUWHEPATIOKOPTUKOUAHYIO TEpPANuK0 HWAM OrpaHMuYEeHHOE nOTpedNEHHE CONM.
PyTuHHOE nabopatopHoe o0cneaoBaHWe MNOKHO BKJKUYAThb MCCNEAOBAHUE YPOBHEH HATpHA M
Kanusi B KPOBH.

B HacTosuiee Bpemsi, OTCYTCTBYET €IMHOE MHEHHE MO MOBOAY HEOOXOAMMOCTH PErynsipHOro
[NpOBEACHHUSA PEHTIEHOAEHCUTOMETPUHU Y nauueHToB ¢ 1-HH. T

[laupentam ¢ ayroumMyHHbIM reHe3oM |-HH pexkomeHayercsa exeronHoe obcnenpoBaHue Ha
NpeAMET Haluuusa Apyroi ayroummyHHoil naronorvu: A3LLDK, CII, runoroHanusMm, uenuakwus,
ayTOMMMYHHbIHI racTpuT U aeduunt sutamuda Bl2 [1]. Cneayet otmeTuts, yto npu OHH Moxer
ObiTh 3adrkcupoBaHo nosbilieHue TTI. [1pu 3ToM noseiwenue po 10 MME/n BkntounTensHo, xak
npaBujo, oO0ycnoBiaeHo, mnoteped HWHrudbupyrowero BausHua ['K Ha cekpeunio TTIT w

MEJMKAMEHTO3HOM Koppekuuu He TpedyeT [3]. XK

[Taunentram ¢ 1-HH exeronHo HEOOXOAMMO BBIMONHATL OOWMA (KNMHMUYECKUH) aHaNU3 KpPOBM
pa3BepHYTbIH. BeneactBre ayToHMMYHHOIrO raCTpMTa YacTo BbISBIAETCA ACPULMT BUTaMHHa B2,
MO3TOMY JOMNOJHHTENLHO MNPOBOAUTCA €XErOAHOE OfpeAeNeHHe YpOBHA BHTaMHHa B2
(upaHokoGanamuH) B KpoBW. [lpW moao3peHUH/BbisBIEHUH AepuuMTa BMUTaMMHA B2, Taioke,
)KENaTeIbHO UCCIIEA0BaHHE X0J0TPpaHCKOOalaMHUHa, FOMOLIUCTEHHA, METHIMANIOHOBOH KUCNOTBI, AT
K MapueTaibHbIM KJEeTKaM Jkenyaka M K BHYTpeHHemy ¢aktopy Kactna [1]. [lockonbky
pacnpocTpaHeHHOCTb Uenvaku npu 1-HH cocrasnser npubnusntensHo 5%, Heobxoanmo
onpeaeaeHHe COAepPKaHUA aHTUTEN K TKAHEBOW TPAHCIIIOTAMWHA3€ B KPOBH W WCCNENOBAHHE
ypoBHA 00liero IgA, paxe ecnid cMMNTOMbI OTCYTCTBYIOT [1]. HacTo BbIABNAIOTCA BHTHAHNO W
aorneLus, KOTOpble pacCMaTpUBalOTCS KaK MapKEpbl ayTOMMMYHHOM naronoruu [1].
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